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TO* 
[0 0 0 1 ] 

H\ 7*>-^^V7'7 > K HT-^f CO «J5£ ± & JliL^jSfg |p] (7? ;g j£X 14 JfiL 
[0 0 0 2] 

ii^^^f^-t^ 0 £ Ott^cfijfiiJgt^t: F7*>7V;V77> Ki^ (von Willebrand 
factor ; KT, TvWFj t B^iBf £ ) t $ tU cl ti^3 | £ £ & 19 jfiuMRSMfc, M 

Mftmmscm tv^ £— MfDik^mmmtmmcomzsssLmm^ $ tt^, 0 

ItvWFIi^I2 0, 0 0 0 k D al^cog^^t Ltlffiti *) Jk^^frWZ 
*U ^n7°nfT-^T'$)4 vWF^Iifi: X •? Bf £ J'U 5 0 0 - 2 0, 0 

0 0 kD a(D^r)V^-7- tLXik^^mmirho 'MBM (F»& tlz X 19 ft-f ij iSTJ^ 

v WFI±jfli/>*ESI|||6*»ifiH/>i t^ttLtv^o — ;©#ILf:vWFIivW 

SUm^^x^ «£ -9 ^E^vWF^75 s iiPJ^jfiLf tc^L, MStif)! 

[ 0 0 0 3 ] 

vWF^fI(i#fj:II^t^^lftv^ttj|/h««ll (thrombotic t 
hrombocytopenic purpura ; IT, PTTPJ fctfME"^*) * C t „ JftfSTMK 

f&te TTPf livWF 7r$m*fSf£ £ IS^t" £ g S^Sifc, £ J: 

m& TTPtiivWF frmmmmte &$zt& Lx^&zt&mbfrK-ztix^-fzo l*l v 

WF5Tft?^*i#0|Wl^« 1 9 9 6#fc— »^*»*$*L;fcO*-C (^Irttl) , 
tt:ov^-C(i2 0 0 l^t^Si-eML^^-o^c -Olfhn (in vitro ) "Cii 1 . 5 
mo l/Ll|/5mmo (pH8. 0) ^TT^V^iffettl' 

7P$*^fci6ftv^iaiWWS:ra3ei"* i fc3&*H*'C*o/io JfiLitvWFTxJPIWSOfjf 
SIcDJ^ (^#IT»2^:Ci f 3) , f/:cDNA^n-^^^Wi, stfc^-JiADA 
MT S (a disintegrin like and metal loprotease with thrombospondin type 1 motif 
) 77?'J-CIU ADAMTS13t^5fLfc (^»Xt41D f 5) 0 f/c|W[^ 
Jfflfc^JKteTTP bZ&^X, vWFfrmmm<VMitt ; ADAMTS 1 3«I^^/; 
*vWF 3M&S**i&tej&** L < {ST L r v> & i t iflm h & o 6 ) 0 

[0 0 0 4] 

vWF^mmm<^>m^mwi, n , s d s -T^n-^m^Mso^- h 9 

jWBV»&*LT£fc 1) o LifrU «c0ffl^^(i7°n^T--tf 7 U -60 vW 

F*M*L&»ttLJdr4e>ftv>ifc % iW5fe^3 H*Rf f^IlciDiim* 

ifcj£^> v WF^Mt: J: ^ 7 * >7V ;V75 > KH^a^^MfcT?** A 2 

<< xomfr&m* Mittmrn n \z x t? ^ra i<o«aix.seiJ: * 

CO v WF ftMWm K X & A 2 Y*4> OftmMQWtittti CUvWF frfimmoftl&Mfe 

m*mmziitz 7) 0 i ^lam^sacD^M^m^iij^^ 
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<o m m & i§ * & tt tz *b-m.<D m&m. -c <D^.m k it m l ^t z h •&■*> & o 

10 0 0 5] 

J&/J4SM^^§^i-^Mt±#llttJ&/h«^14«^ (idiopathic thrombocytopenic pu 
rpura ; ITP) t fftu ^<7)# < tilM*cM1- * g 5i5vfcK «t «5 *Lfc g B&gg^ 

TifiuhWi^ yz-c^Sf-e** G pub -ill atimfeZtir is £<7)? w^ 0 ^S^^;:2<J•1- 
& 43r»fiL#Ottfflfe3&*afe* < $ H/co •e-Of'C^GPIIb-IIIa KMi" * ^ ^ * n 
-1-)^%^-&m^tz\%J%*^y°?-^-T (antigen capture assay) ^ s Ja < ? IJffl $ 

£ flX ^ S ? U - j- frlfcfotD lit A, ZiPlftm £ ftX ^ifc, JfiL/J^tf>$Mfc#> e> Y# 

[0 0 0 6 ] 

[^tfrttl] -^A • 7iV5> (M.Furlan) fc, ^7 7 K (Blood) J , C#B) 
, 1 9 9 6^, i8 7t, p. 4223-4234 

[#N#lTOif£ 2 ] x^ff .yiJ?h7t>(H. Gerritsen) fc, ["7*9 y K (Blood) 
J , CKS) . 2 0 0 1^, $98t, p. 1654-61 

[##If£M3] ^---7-7*7 (K. Fujikawa) h, [^y K (Blood) J , 
B) , 2 0 0 1^, |9 8t, p. 1662-6 

[§£#tt»4] x 7 • > (X. Zheng) h, [*f ■ v>-7^;V • • ^-f 
^-nv7>;v • ^ 5 ^ h 'J - (The Journal of Biological Chemistry) J , G^S) 
, 2 0 0 1^, i2 7 6t, p. 41059-63 

[##lr»5] • yxi;v (K. Soejima) fc, l>* • S> f ~ • ■ 

ttUf'J- (The Journal of Biochemistry) J, 2 0 0 1^, |130t, p 
. 4 7 5-80 

[§£#fr£li£ 6 ] v- • V - ■ Vtf- (G. G. Levy) b, (Nature) j 

, mm) , 2 0 0 1^, i4 13t, p. 488-494 

[^#IFM7] ^---ntf^ (K.Kokame) £>, [fyvY (Blood) J , 
, 2 0 0 3^, 08, 2861 K>7*W) 

[i&w^wft l <t 7 1 -r %> mm] 

[0 0 0 7] 

tz mmmt <d %t\ z\ti* x k & v > (Dfem^mife^tzwwmttii&t^k.hti 
imm * mfct ztz® <v^m 

[0 0 0 8 ] 
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a*f m# £ is *t * ML^^fiKM isiw^mtSo 

[0 0 0 9] 
[0 0 10] 

S o 

[0011] 

o 

M1r&<D KMLX, mfcffiM & 3 ~ 4 \%mx~$> U , i»oSatti < M5e1--S - t # £ 

o 

[0 0 12] 

[1] #SH30|fctH;frft 

(vWF) OA 2 K^-T ^:#ftt^fny> (8 4 2 ) (8 4 3) £ 

*M*fl&K$J»rU ADAMT S 1 3 fei?^>^nynf7-m^o 
[0 0 13] 

[0 0 14] 

ItrfBlfiL^t Ltli, #I)x.f£\ Jfete#flM£fijfiLJS (acute myeloid leukemia ; AML) „ 
«tt#lMtajflL* (chronic myeloid leukemia ; CML) , ^tttff#M^ttSlflL#l (acute p 
romyelocytic leukemia ; APL) ^r^tt^c'J fvh- (systemic lupus erythematos 
us ; SLE) , ffimfe, MWm, ^^mm.mm'M (veno-occlusive disease ; V0D) , fete 
V >^3$t£&JfiUlfi (acute lymphocytic leukemia ; ALL) „ JflL^rttllt/hJfllWl 5 ** (thrombo 
tic microangiopathy ; TMA) , Xl±MUW-Jtiklk%kj&. (deep vein thrombosis; DVT) 
lfZ>ZbtfX^2> 0 lWrEJllHfr(i«W»Jfil*l*# (TMA) *>-ft^fi&fc<eJfefc LTii. Jfil^ttlfiL 
/M£M^H±^i£#3 (thrombotic thrombocytopenic purpura ; TTP) ^^lfiLtt^#^^E^^ 
(hemolytic uremic syndrome ; HUS) & tl2> 0 
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[0 0 15] 

TTPft (1) Jfll/h«^\ (2) i/Mf|f'Kittfl, (3) MfgPW, 

(4) mm, (5) i&^www^i**^ 5^c#m^a6etL^sB^mt?ab^o - 

^ HUSit ( 1 ) Mt4-\ ( 2 ) Iffl/MfiL^Pf #14?#lfll1±«, 2fclf ( 3 ) «fg 
if© 3 ±f ^ f> =i Sllilt:^ 7^ 0 Jfit©i»?)TTP HU S f±*^ TMA 

t vx^mommt^^ibfi, mfc&m±, mm (5) i*Mt4*ttw»#co*tefc, ^ 

ifOtl^ti TTPtHUS ©itSUWt^T § Tto 

L U ifr^, v w F * <o A > If * $ tl, T T 

i«i9^TTPfcHUS©fSIJ©»^> #S&W#S>»±, SfTMA^lt)ti^I 
[0 0 16] 

h M £fr o i • fc )&* & v\i^ K < <b ^> v W F ^AW*****"* \zjgTF L T is 13 , v ^ 
^ h Hll: < 13 iE-tM#-e(iJfiL^MlS]^v> £ t tfflM LX^fz Q £ fc, at¥f mth 2 

U f)J»o4 b^iV&mmmiZ— tLtv^; 0 *>jJS*ti, vW 

tftftittRLtfiv^tii, Jfll*^rio«lRl5&*Stv^iRl56't-*ii:5&*T*S*o 
[0 0 17] 

*Wafl*K*3V>T, vWF»i<^IS^V^(i, vWF«i<OM^i 
v^^-^f tL^fittT^ < „ fr.frif<D vWF^HW^v^^ Mitlf, vWF 

* g iz x *) , v w f t m fa g etrc# fc (Dm-^fe^M 

vWFMi^tS S5ift#OlftliJtt, 2 0 0 3^, ftiivWF«*^9 6 

ioftii v WF«tt;^ L/;S#:^tait^ t ^ it/; [i7 • v 

x>f7y>y- (F.Sheif linger) fc, r^5?K (Blood) J , (^S) , 2 0 0 3^, 
»10 2t, p. 3 2 4 1 - 3] o L*U «fflS tLfegt#:»±, vWF«*Sffitt*f 
fD-*-S£fcti-C§fctf»o;fc£i: J: JJ, ^#P^Itr{±. v WF»i {±1*1 &,« J Wt&<0 H: 
7° * - ± K L T v > £ nj f gft £; v>C0"C\ iflg^ ft X \t tp f n Mtt £ ^ $ & 5&» o ^ & 

tv** ommo^mx g ett^o^ sr^m L<tn i^^t v> « 0 i ^> v w 

[0 0 18] 
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n x (i\ mm tm^m m \- «t *) ft - 1 § , v w f &~#nift ^tt-s-r a 

mmtfifcWffrt LTli, Fab, Fab' , F (a b' ) 2, IliFv £fflv^ 

-r s £ t a* Bitg t?* & o 

[0 0 19] 

Jtfc{iglJ<7)«T'vWF^|^*t$^1--Sfe ! CvWF^j!¥#*^y PU-i-JUjfcit (~f?£ 

H10 (IgGl) , WH2-22-1A (IgGl) , WH63. 1 (IgGl) , W 
H7-2B (IgGl), WH 14-3 (IgGl), XJ4WH 5 0-3 (IgGl) f 

y ?n-ti«WH 10 (IgGl) , WH 2 - 2 2 - 1 A (IgGl) , 3U2WH 6 
3. 1 (I gG 1) -eab-Svifc iffltf-t Lv^ 0 fltrfgfill^y ^n-^^gll#fc Ltlt hu|5 
»H 1 0 5&*jfr i L < , HrfBH 2 ^ n--^;v^#:t LTf±, itufSjft^WH 2-22 
-1AXJ±WH6 3. l*«ffiU'o 
[0 0 2 0] 

M^VX^y ^n-t«WH 1 0, WH 2 - 2 2 - 1 A, 6 3 . 

1 (±, -tfL-Ptl, >>W / 'J K-vfWH 1 0 , WH 2 - 2 2 - 1 A, RXFWH 6 3. 1 ** 
££.1- So 

F _^ WH j o ^tTWH 6 3. 1 i±, *-*L-?**L % 2 0 0 2^ (^ 1 4 

9^40 Km&ftimiAmnffl&M&mftm&w&m&ft*: (^t«:t 3 0 5 - 

8 5 6 6 H*H«lfto< iffflTI >*>*fil6) KHI&^FfEStLtf: <Z)T? 

&<9> i-©tKtfli, -€-tL-€*tL, FERM BP-8 1 7 BP-81 
7 5 tr <S> -2> 0 

4 7t, K-vftWH 2-22-lAli, ^ftfrl&teAM^Ifc^WSWBFtt 

4iM^^^-C2 0 0 3^ (¥JSl 5^) 4122 B flfz i> <DX*%> *) , 

2003^ (¥^1 5^) 9B 1 2 BfrbmmmtKW> { gziix^z> 0 mm&zt^ m 

m^^lzm< □ l*H4Hl*l§f£#-5§-) ti, FERM BP- 0 8 4 8 3 [FERM 
P - 1 9 3 2 4] t*5o 

t£Wt LTV^v^^OlfJ^i^^.t y)nbtltzWr^itfLfeX'$>&WH. 7 - 2 B, WH 1 4 - 
3, XliWH 5 0-3 tfffitSii^lio 
[0 0 2 1. ] 

±«S5R&58£fll5£8: (ELISAS) Sit <7>it£-&, ^> 

•^S(:U«SU>o ^co^ftii, i £ ffftSW li SIT© t ^ i) *i t ^ ^ i: ^ 
[0 0 2 2 ] 

ii^y^n-t)«iit#ativ\ ittt, mmtmrnw (-t vw 

ffiiE# 2005-3009082 
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y^- Meting gifit? 1 l$|S|fifi£KJ&3i2r<& £ 1 1' J: "9 > KftBfc 2 1 Xt- v f 

[0 0 2 3] 

7>»H* -9- ^jfevt (n+lvWF frWmtk -RWu-lr )V ffim ^ if) IB y V- - Mr 

x. % ^s-c 1 b# mmmKfc im&ztK£t), mmm 2 tmixT? -/xcDm&m ( 

[0 0 2 4] 

#iLt(±, wilt *°y*f-v>, ^77fyn, ^^->^#si, 7°7^f7^f 

[0 0 2 5] 

t 75 ? T § & o 

[ 0 0 2 6 ] 

mm^&^xnhti&tfiisLm*, mrn^mm, $ix.it ^-***yy-^ (pod) , r 
^^L-f a y xn -ry wiit p o Dmrnxvir^ i g gmoiw: p o dum^ 

&X & & o 

[0 0 2 7] 

Mx.ft >; >^°$u iw,7X. j^Tfc, ^7jc, 11, mmm, # 

[0 0 2 8] 

t^T#, pH^5. o~9. ohk^mu Mx.it ?^>mmw 

mfc&^Xlt, MIBWJ', 0 . 1-10 w/v%IS«AMff/Xlili 0 . 1-1 
[0 0 2 9] 
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[0 0 3 0] 

> (TMB) ^o-7x^W/y'7^ (OPD) V> & £ £: rtn? § . H-fe^Oj* 

[0 0 3 1 ] 

, t^^tt oTTPm vwf ^»st k**-*- * s ^mm^sk * <d v w f 

«£ «5 Jfil^* s 5l §j|3£ ZtiZ £. £ ^§13 £> £ 4oTV>4 0 lot, v WF5Hi?S^£>>|fctHi 
3b* iz & v> r 4 ^L^;t a*? m £ ft £ 0 

[ 0 0 3 2 ] 

[2] F 

*§&m<o&mm*y f«, SLvWF^it^zttf^nfM-*^* < n& 

[0 0 3 3 ] 
[0 0 3 4] 

MM^Ht^o lit'. fiMttsta&fcli, fl^lftSJifcttaOft* — gOp HK«o 

fEfcLTii, *W'ft^Sit^itpH^|^5. 0-9. 0 t-f& i><7)*m^& - 
fc**£F£Lv> 0 W#»J(i, if* L < t±3K*^rtf io-C2bS3&», mi27jc<7?— 

[»M] 

[0 0 3 5 ] 
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[0 0 3 6 ] 

<H»Ji : vWF«i(0£i) 

( a ) ^ y ^ n - ^;i/feL#(75|a^^^^: : v > FM * ^^^ilJ^fe 

v W F ^PPIt i %L-&m t L T^X# Lfz6 vWF y ^ n - ^ /wgfrft: 

(WH 1 0, WH 2 - 2 2 - 1 A. WH 6 3. K WH 7 - 2 B, WH 14-3, 
H5 0-3) <7>#^fb, mT^^JH^^o-C, «K*&M&^#O&^&i|^/; 0 
[0 0 3 7] 

-t&fc-t), ttvWF«|*;^n-t;Wi ^ Srfcffi* (PBS) 
i:t2/<g/mLi:ff U 9 6?tEIA7>-f (;* ^tti£) C#-)iJH00^L 
f-^a U 4 K X — Bfc a - T -i > V L tz o £ ifif !l (Dtfiffi. £ P B S ^?#-|&* L O 
*>. 2 vjflLtfr;vr5 > (BSA) ^tfPBS^#>)x;V2 5 0 
4 rt-|7n y ^ y y*ft^fz 0 -fu y^-y 0. l%Tween20 PBS 

(PBST) KTifci§H&*L7fc lOO^LO^ dEtt^-Mt) Xfiflt® 
vWF^Iiiilj: OM»lL/t^im n a n ^^*nL, ^iSKT 2 Bf^KiS^^f o tz 0 PBS 

j-frffifai oo// L^r^iraL. ^jatcr i m mKfczif -=>tz 0 kjb&, mmtmm^m 

£ fro 7^69*,, 0. 1 fx g/'mL^;V^^r~>^--tf|Ift^ F F T^v > 0^^9-7 

Ktt«) v#m ioo^l £-^ijn u gi&fcr l b# r^KJ££fif mm&, 

>vv> (TMB) mWL/mkitikm^WL (KPLtt) H^JH0 0/<LaU ^ 
fii:tl 5^raSJS$^ 0 ^C^^-f ^n^V- FJUt-feftT'4 5 0 nm<7)PlM*I£ 

[0 0 3 8] 

2-22-1 AKiWH 63. 1 *2%.m*b LTfflV^I^^f £ Mffi&YlJ^lT 

[0 0 3 9] 

(b) *y^n-t^gt#OSfffi» 

WH 2-22-1 A&^WH 63. 1 ^Imagawa^ <7)^fe [Imagawa et al. (1982) 
J. Appl.Biochem. , 4, 41] K J; i? ~> ^--tf ^^^^o fc 0 

[0 0 4 0] 

( c ) ^y^n-t £M v> tz *y > K 4 y ^g^&gE«J5&£ 

S: v W F f ^ / ? n ^ f ;v^#w H 10^2/; g /m L Oflft^T? 9 6 7tE I A "7° 

v-f (zy?nm t3-f -f mm&t lxjeisk f ^-^m^v^ 

2^#tLT«f!ll (b) tr^t^r y f-HUL/cWH 2-22-1 AXttWH 
6 3. 1 . Sfllt LTTMB«/i§mib!RffM (KPLtt) , KJSfflh^i: LT 
0. 5NtfiS4ffiv>t, Ht£f!)l (a) t WlWfc LtifivWF^H^fWlS^fi 1 
ofeo M7£{i4 5 0 nm^D#;feig£rJ.teL7^o 

#&*S:|gIl tr^-to 0 1 fcifctta Y$tfiomf5i(i, JRjfeS? (4 5 0 am) X°$>2> 0 jEHtt: 
F 7°-;W&L|t£ 1 U n i t (U) t^-t^. t N HI 1 d 0. 0 3imJlOv 

w f tJEmzteM-tzzt amm -c & o & „ 

[0 0 4 1 ] 

(d) ^ y ^ n - 1 t # 'J y n - 1 : vWFWIwt^K 

ftvWFMft; ^n-tJl'WH 1 0*PBStT2^ g/mL fc*3RU 9 
67tEIA-7°V-F (^>^tt§£) i:^x;H00/iL«jDU 4°C^T— Bjfen- 
f^7'L/;o ^MfiJcD£rC#£P B SWi*L/^t>^ 2 5%/n^x-7 (^ 
0 *«tt) *^frPBS^#7x;i/2 5 0 ^1 foijfl U ^iHT? 2 BfcH ^ n -7 * > ? 
Zft^fzo yuy 1 fe*L 1 0 O^LOjE-tt F7"-;Hf^a 

tbfiE# 2005-3009082 
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U ^S^T2B#P^RJS^fi 1 o^o PBST^£JS?£*ifei§H&*LfcO*>, 0. 5 ^ g / 
mLftvWF»l*°^n-t^#:i 0 0^L»U MKT 1 BSPMKiSfcfT 
ofco lft&fclTOfctfci^fcfrofc^ 1 0 0 0 0fS*^Lfc^^^^r'>^-4f* 

ift#L? i?-^f I gG'f J^n-t (^nM t??K) 100//L fcigfln U SfifcT 1 

wmKfczn-otzfe, mt mm- ft TMBmm/mkfo&%mm (kp 

Ltt) ^x;H0 0^L»U ^ffl^"C5^-MKJ6SS'*fe^ 0. 5N»10 
0/z L«|L7to ?u?V~ hfflik-felfe4 5 0 nm^ttl^igLfCo 

[0 0 4 2 ] 

|£*£|g| 1 tc^1- 0 HI 1 tcistf SfB-^ TPoAbJ 9 u-i-)i'$Lfc*WM1r& 

0 IEf t h^-Mt^lUitit^t, HI 1 K^c-f J; -? C i^#^ft*^WC 

iotk o. o 3 um±<7> vWF^s^fcjEUcs&ft-ta t t^nrti-e*o7to 

[0 0 4 3 ] 

mmm2 : #«m^t^tt^ vWF^¥s«gg<DjM> 

ilMl (c) RZF (d) t'lsm L/;|I^©t > 7fif^I£ffii:J: JflL 

ftLTM^t, ili^lUtL/co 
[0 0 4 4] 

WH 1 01MWH 2-22-1 A<^a^^-tir*fflV>fc^69M^:^lll2 H N 
KfWH 1 3. l<^ja*^-t>*«rfflv»7t^^j|§**ia 3 C K^WH 

[0 0 4 5] 

EI 2 -0 4X^1 fc*5tt&#S5# TAMLJ , TAPLJ , TCMLJ . TTMA ( 
TTP/HUS) J , TALLJ , TSLEJ , RZf TDVTj 14, ^tt-TtU 
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WH 1 OXWWH 2-22-1 Aco#I^^-tir^fflV^c^> hM y f-^ft^ffiilUSfi; 
I' £19. Jfb.it * v WF^f#*C0^fi^tf o7t 0 i*^@5C^to El 5 YfftlO 
JjM£fi. IE#H > y-;v«0«^iJ^T«L^#»^#ffib^U n i tt?*-5, 
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. v W F ^MUS^it IC-BT L T 4$ fj , -> * > h * < *) M~fB,m~? It sktkl&j&M 
Hiff«TLt^ 19 , f fcjfiL&tefc L> -> * > h 3&«o £ 19 *"t < * 4 M 

ff Sit lZ$jm<7) -> > h H3t«r < «9 jg^«tt«*f 9M * v» T . j»*r&OJfiL 

^rttOfM^ & #1, ? V > ^-f * - j&*T?ntB-e* D\ v * ^ h MS©f», 

[0 0 5 0] 

[H®Offi#^I^HJ] 
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n-t^»H 2 - 2 2 - lAS-»v>fc*^©, Itifr A^^tt^ft^^^^^ v 
WF^WSf»3lf*«ril:«Lfcj|**Sr^'t'^9 7-C**o 

[1113] vWF^ff i:#16<l{:^t«?)*y ^n-t;«WH 1 0 71^/^ 
n - f - ;v$tl#W H 6 3 . 1 £ 91 v> fltUT A& O^f^l/M fc: *$ * v W F fl- 

[04] vWFWiCilfifllcMt^^y ^n-^;v£vfcWH 1 OJttFsKV^ 

<fc Lfc#**3tf - ^ 9 "7 -cafe £ o 
[05] vWF^HifCillflil^ti^^^n-t^WH 1 o&o^ey^ 
n-t«WH 2 - 2 2 - lA^fflV>f;M®, «ffi*#f K *5 * "2/ ^ > M? 
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